Introduction
Langerhans cell histiocytosis (LCH) is a disease characterized by proliferation of Langerhans histiocytes present in lymph node, skin, thymus etc. The disease presents variable clinical course and prognosis depending upon whether there is unisystem or multisystem involvement. Multisystem LCH presenting at the first year of life is potentially fatal and is classified as acute disseminated LCH (LettererSiwe disease). Even with specific treatment, mortality rate is as high as 66% in patients who fail to respond to treatment. 1 The other types are not seen at this age. Identification of Langerhans cells in tissue is necessary for diagnosis of the disease.
Case Report
A one-year old girl presented with fever for one month. She had pallor, otitis media, cervical and axillary lymphadenopathy, hepatosplenomegaly and proptosis of right eye. The child was irritable. There was no skin lesion.
Routine haematological examination revealed an erythrocyte sedimentation rate of 30 mm in first hour and haemoglobin of 7 gm%. Platelet count was 1,25,000/cmm. Total white cell count was 5,000/cmm. No immature cell was found in the peripheral blood smear. Bone marrow smear revealed normo-cellular marrow, reduction in megakaryocytes, mild erythroid hyperplasia, normal myeloid population and no abnormal cell. Chest radiograph was normal. (Fig 1) . A possibility of LCH was suggested and excision biopsy of the lymph node was advised for confirmation.
Biopsy of the same lymph node was done within a week of FNAC. Biopsy revealed effacement of architecture of the lymph node with small lymphocytes and histiocytes in diffuse arrangement. Nuclei of some of these histiocytes were kidney-shaped. Nuclear atypia was present in these cells. No giant cell was found in the Unfortunately the child died of her illness within one week of the biopsy.
Discussion
In this case, presence of pleomorphic histiocytes in FNAC smears in abundance, eosinophils and lymphocytes were expected findings in support of the diagnosis of LCH but presence of multinucleated giant cells with morphology like Touton giant cell was the most striking feature. Histopathological findings were corroborative but giant cells were absent. Whether the lapse of one week between the FNAC and biopsy caused some change in the lymph node morphology was not known.
Usually a suggestive diagnosis of acute disseminated LCH is made by clinical findings like fever, hepatosplenomegaly, lymphadenopathy with matching radiological findings suggestive of pulmonary infiltrates and haematological abnormalities like anaemia and thrombocytopenia. 2 Bone involvement is uncommon in this group, except in mastoid region of temporal bone giving rise to otitis media. Cutaneous lesions are absent in about 20% of cases. 2 In the absence of skin lesions diagnosis is difficult. Identification of Langerhans cells in the tissue is important.
Occurring in infants, acute disseminated LCH, a malignant condition, is often diagnosed retrospectively. 2 According to Histiocyte Society, typical clinical and light microscopic findings can help in presumptive diagnosis. 3 A definite diagnosis requires either CD1a positivity or demonstration of Birbeck granules by electron microscopy. 3 CD1a is positive in 100 % cases whereas Birbeck granules are present in 2-69% and S-100 is positive in 2-100%. 4 Literature review indicates that role of FNAC as a diagnostic technique in case of LCH has not been assessed or widely accepted till now, though a few reports are available. 4, 5 The giant cells in the smear in this case, other than Touton giant cells, are possibly multinucleated histiocytes since these cells retained some of the nuclear features like irregular contour, prominent grooves and folds traversing in all directions and abundant eosinophilic cytoplasm as helpful identifying features. Foreign body type giant cells were not found in the smear, which are usually seen in the skin lesions of granulomatous LCH.
Though skin lesions of juvenile xanthogranuloma (JXG) often show giant cells of similar morphology, but presence of Touton giant cell in lymph node is not seen in any condition, to the best of our knowledge.
Lymph node involvement is not seen in cases of JXG with systemic complications. 6 Moreover, this patient was never a case of JXG clinically as she had no skin lesion at all and clinically did not show any feature like JXG. Interestingly, FNAC was more revealing as well as informative than histology in this case. Presence of giant cells in FNAC, particularly those with morphological similarity with Touton giant cells prompted us to report the case.
